Goldenhar syndrome is present in 1 in 1000 children with congenital deafness. In many cases, this syndrome goes unnoticed in Indian population due to the lack of knowledge about its features. The main aim of this study was to determine the incidence of this syndrome in Hyderabad population. FAV syndrome was first recorded by German physician Carl Ferdinand Von Arlt in 1845 and Goldenhar in 1952 defined the syndrome more clearly. [1] First and second branchial arch anomalies, otomandibular dysostosis and hemifacial microsomia was proposed as Goldenhar syndrome or facioauriculo vertebral syndrome. [1] This syndrome is also referred to as oculo-auriculo-vertebral (OAV) syndrome because of the association of ocular anomalies. The incidence of this syndrome is 1 in 3500 to 5000 live births and the male to female ratio of this syndrome is 3:2. The syndrome may or may not be associated with hearing loss.
Conductive and / or sensorineural hearing loss is present in 50% of the patients with this syndrome. malformed outer ear (anotia and microtia), narrow or missing ear canals (atresia), abnormal skin cartilage on or in front of the ears (preauricular tags) and abnormalities in the middle or inner ear. [1] Goldenhar syndrome is mostly a sporadic condition and is inherited very rarely. [2] While many cases of Goldenhar syndrome associated with hearing handicap are reported from all over the globe, studies carried out from India are meager. Hence a study was taken up on children with congenital hearing loss to understand the prevalence of this syndrome in India.
Case History
The proposita is a three year old female child referred 
Discussion
The combination of several features such as microtia, hemifacial microsomia, lateral facial cleft, epibulbar dermoid and upper eye lid coloboma is described as oculo-auriculo-vertebral spectrum (OAV). [1] The presence of otic hypoplasia, lateral facial cleft and vertebral anomalies are the minimum criteria for the diagnosis of Goldenhar syndrome. The incidence of Goldenhar syndrome is extremely rare. [3] The etiology is not known, but is thought to be due to exposure to viruses or chemicals during pregnancy, due to abnormal vascular supply to the first arch and abnormality of mesoblastic development affecting the formation of vertebral and branchial systems. [4] Some researchers suggest that the disorder may be due to interaction of many genes with environmental factors (multifactorial inheritance). [4] [5] [6] Approximately 5000 children are born every year in United States with significant hearing impairment. [1] Goldenhar syndrome associated with deafness is rare and in most cases it occurs randomly without any apparent cause. Most cases are sporadic, but family history was also observed in certain cases. Individuals affected in successive generations have been observed. [7] [8] The ear anomalies include external ear tags and aural fistulae. [9] [10] [11] [12] [13] [14] In this case, the child showed malformation of the pinna associated with meatal atresia and auricular tags bilaterally. The behavior observation audiometry (BOA) showed 80-90 decibel hearing loss in both the ears. A 9 year old girl was reported with facial asymmetry, right ear with 2 nd degree dysplasy and 3 rd degree in the left ear [15] and a 10 day old patient was also reported with atresia and malformation of the tympanic cavity and ossicles. [16] With Goldenhar, the vertebral malformations include fusion or missing of the vertebrae. However in the present case the child showed the fusion of fourth and fifth cervical vertebrae. A small percentage also has mental retardation associated with this Goldenhar syndrome. [17] Micrognathia limbal dermoid cyst was seen in the right eye of the child in this case.
Children with FAV syndrome should be assessed for both vision and hearing. They may be subjected to numerous surgeries to correct the jaw and dental abnormalities. The structural anomalies of the eyes and ears in Goldenhar syndrome can be corrected by plastic surgery. [16] Expression of MSX class genes permit clear understanding of the variability and different degrees of severity of the anomalies of OAV spectrum. The MSX homeobox genes also play a crucial role in the differentiation of first branchial arch. [17] 
